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Lipoid proteinosis (Urbach-Wiethe disease) is a rare, hereditary, systemic disorder characterised by widespread deposition of storage material, particularly in the skin and mucous membranes of the mouth, pharynx and larynx. Bilateral oval calcification in the region of the medial temporal lobes has been found in 52% of cases' and seems to be unique to this condition. The disease is inherited as an autosomal recessive trait,' and most patients appear to be of European descent. It 
Discussion
Both of our patients manifested typical features of lipoid proteinosis, namely hoarseness since childhood, characteristic mucocutaneous lesions and pathognomonic intracranial calcifications. In addition, each of them had prominent impairment of memory out of proportion to intelligence. Such a restricted amnesic syndrome would be consistent with bilateral medial temporal lobe lesions. terms of the hippocampal memory hypothesis this would imply that the lesions involve both hippocampi.56 However, CT scan appearances show that the calcification did not involve these structures. In addition, in one of two other reported cases with significant memory impairment, pneumoencephalography was performed and showed that the hippocampi were not involved.4 These findings would seem to support an alternative proposal that medial amnesia results not from damage to the hippocampus, but rather to the temporal cortex or temporal stem.7 However, hippocampal involvement in these patients cannot be ruled out: necropsy findings of a patient with lipoid proteinosis and intracranial calcification showed that the lesions were more widely distributed than apparent macroscopically. The calcified areas consisted of dense amorphous masses of calcium and multiple haphazardly arranged small blood vessels, and marked proliferation of astrocytes and dense gliosis were present in adjacent tissue.8 In addition to our two patients, paranoid symptoms have been reported in one other.4 In psychodynamic terms, such symptoms could be interpreted as a psychological reaction to physical disfigurement and developing memory impairment. Alternatively, there are reasons for attributing these paranoid symptoms more directly to the intracranial pathology. First, paranoid thinking is often a feature of organic brain disorders, and in particular seems to be the outstanding psychopathological feature in temporal lobe lesions.9 In addition, the association between paranoid psychosis and medial temporal lesions has been emphasised.9 '0 Finally, the paranoid symptoms of patients with lipoid proteinosis have phenomenological similarities with schizophrenia, in which there is accumulating evidence of structural and biochemical changes in areas of the brain including the amygdala, parahippocampal gyrus and hippocampus." 
